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The pupils are now much smaller, reacting to light much better, and the accommodation is gradually returning. She can read somewhat small print for a minute or so, and then is obliged to resort to the glasses again.
Two Familial Groups of the Laurence-Moon-Biedl Syndrome-T. R. HILL, M.D., M.R.C.P. and ARNOLD SORSBY, M.D., F.R.C.S. Group I.-This family, born of healthy, non-consanguineous parents, consists of nine members. Three are affected. The affected members (female, aged 27; male, aged 23; male, aged 17) show in common (a) retinitis pigmentosa; (b) mental deficiency.
In addition: Female, aged 27, shows moderate adiposity; male, aged 23, shows the complete Frohlich syndrome (dystrophia adiposo-genitalis); male, aged 16, shows a scar on the ulnar side of the left hand, indicating the site where a supernumerary digit was amputated.
Group II.-This family-also born of healthy, non-consanguineous parentsconsisted of four members. One, said to have been normal in external appearance, died in infancy. The three surviving children are affected. The eldest, male, aged 16, is an inmate of a home for the mentally deficient. He is blind and has polydactyly. The two younger children (female, aged 13; female, aged 9) both show (az) mental deficiency; (b) macular dystrophy; (c) adiposity.
In addition: Female, aged 13, shows scars on ulnar side of hands at site of removal of supernumerary digits and also six toes on each foot.
Female, aged 9, shows scars on hands at site of amputated supernumerary digits. THE rarity of involvement of the iris by a metastatic tumour may be estimated from the fact that we have been able to find records of only 17 cases. In 15 of these the primary growth was a carcinoma, in one a pigmented nmvus of skin (ten Doesschate), and in one a hypernephroma, of which the following case is a second example
The patient, a man aged about 55, had noticed, three days before excision of the right eye by one of us (W. T. L.), a peculiarity in its appearance due to the presence of a yellowish-white swelling with blood-vessels on its surface, which involved the upper third of the pupillary portion of the iris. The swelling was composed of a row of three equal-sized nodules in the substance of the iris, the free border, which encroached slightly on the pupillary area, having a crenated outline. The eye was free from injection and vision was . The left eye was normal.
There was some pleural friction at the right base, but no sign of infiltration of the lung, and no evidence of tuberculosis.
One kidney had been removed by Mr. Hurry Fenwick two years previously, and found to contain an encapsulated malignant tumour which had ulcerated into the renal pelvis. We have been unable to obtain information as to the histological characteristics of the tumour.
Tlie eye was fixed in Zenker's fluid followed by salt formalin, and divided sagittally through the outer part of the tumour.
OCT.-OPHTHAL. 2 * Macroscopical examination.-All the structures appear normal except the iris, the pupillary portion of which is involved by a swelling which measures about 1x5 mm. antero-posteriorly and 4P5 mm. from above downwards. lMicroscopical examination.-IThe thickening of the iris is due mainly to infiltration with neoplastic cells which have caused widespread disorganization, very evident in the case of the sphincter iridis muscle and the tissues in the neighbourhood of the anterior and posterior surfaces. Anteriorly the cells have formed, on the broken surface, a solid mass completely devoid of blood-vessels; posteriorly, they have disorganized the posterior border lamella and the anterior layer of pigment cells, and project into a cystic space bounded posteriorly by the intact posterior pigment layer (figs. 1 and 2). The great majority of the cells of the new growth are large, with a small nucleus, somewhat angular in outline, and displaced towards the periphery of the cell, the cytoplasm of which is either scanty, and faintly staining, or entirely absent, so that the cells present an appearance of more or less extreme vacuolation. Very rarely smaller cells with a central round nucleus and well-stained cytoplasm are visible. Some of the cells at the deepest level of the cell-mass on the anterior surface of the iris are much elongated and are arranged in palisade formation at right angles to the surface, others, where they form a single layer on the surface, are of columnar shape: elsewhere the cells are for the most part polyhedral from mutual pressure ( fig. 3 ). Dr. Marian Watson has kindly stained a section for glycogen and demonstrated its presence in fairly large quantity in the tumour cells. At no point is there any indication of alveolar or acinous arrangement of the cells, and there are no blood channels of tumour formation, but the iris vessels in the central part of the involved area are abnormally abundant, and in some cases of huge calibre. The iris beyond the tumour shows some roundl-celled infiltration, but is otherwise normal.
From the character and arrangement of the cells, and the history of the case, there can be little doubt as to the origin of the tumour from a hypernephroma of the kidney, and this view has the support of Dr. P. N. Panton, who has examined sections.
The only other reported case of the kind is that of Burton Chance, in which the ciliary body was involved as well as the iris; there were also nodules of new growth in the skin, and at the post-mortem examination others were found in the mesentery in addition to the kidney tumour. Signs of iridocyclitis were present in this case, and have also been noted in cases of involvement of iris and ciliary body by metastatic carcinoma (Uhthoff and von Hippel), a complication liable to suggest an erroneous diagnosis of tuberculosis or syphilis.
Hypernephroma metastasis involving the choroid has been recorded by Kreibig, Beatson Hird, Small, and Stock.
In many of the comparatively common cases of adrenal tumour, metastasis implicating the orbit the new growth has been found to have the character of a neuroblastoma of medullary origin. Such tumours have no histological affinity to the tumour in our case: for the purpose of comparison a sectiorn of one of them, kindly lent by Mr. F. W. Law, is shown.
in the goldfish and the carp was due to the fact that the creature received the sensory fibres from the palatal organ in the roof of the mouth, this area being covered with taste-buds; it was a kind of fish which extracted nutrient particles from the mud, and had a large palatal organ and huge vagal lobes. Sensation was carried from the taste buds of the skin and anterior part of the mouth by the common facial to the central facial lobe. Therefore in the carp tribe there were big vagal lobes and a big central lobe. He had thought that was rather an incomplete statement, and so for the last three years he had been examining sections of the hind brain of Cyprinoids in every species he could get from English waters. A paper recently published by the Royal Society showed that these fishes could be divided into three main groups: (1) mud-eating, like the carp; (2) those with smaller vagal and facial lobes and large optic lobes, like roach, chubb and dace which feed by sight; (3) a group in which there was a very large facial, and smaller vagal lobes like the barbel and gudgeon. These were grovellers, and not only had a large facial lobe, but there was a definite division of the facialis into two absolutely distinct strands, one going to the anterior portion of the facial lobe, and the other to the posterior portion. This was probably connected with the fact that the fish had barbels, which they used for turning over stones in search of food. He had tried to find out some difference between the acoustic tubercle in these various species, but, so far, he had been unable to make out any great difference between the members of these groups. They were mud-eating, sight-eating, and grubbing fish, and the acoustic tubercle was of about the same size in each.
One might go further and say there were certain carps, one found in the Victoria Nyanza and another in English waters (the former was called Engraulicypris, the latter the Bleak), which had ceased to be carp-like and had become herring-like in their habits, and they had lost, almost completely, the central facial lobe.
With this idea and conception of the hind brain reflecting the functions of the sense-organs, one had to ask: Was there any large family of fish which would afford help ?
One had in the Mormyride or elephant-fish a creature which had a hind brain, with two large apparently vagal lobes, which were not really vagal, but acoustic, lobes. From its cerebellum there extended an enormous valvula cerebelli, which pushed itself out through the roof of the optic lobes and mushroomed the whole brain, so that the valvula cerebelli was as large proportionally as the human cerebrum in comparison with the medulla. He had been able to examine two fish, and the acoustic lobe was definitely different in the two: one had a very big snout, Gnathonemu8 longibarbi8, and the other, Mormyrus kannume, the snout was less marked.
He felt that this was a very fruitful method of investigating the lateral line organs and their relation to the acoustic lobe, and he was continuing his investigations.
One point omitted from the paper was a mention of the latest investigations of Tate Regan into these deep-sea fish which had a parasitic male. In Caulophryne polynema, from off Madeira, the lateral line organs were not in pits but on papilie. Apparently, at those enormous depths it was more useful to the fish to have its lateral line organ at the end of a papilla than at the bottom of a depression or pit.
Dr. HILLIER (in reply) said that the point concerning the Cyprinoids was very interesting. It was in an effort to distinguish between the two sides that he tried to find what particular part of the brain was concerned, and he had hoped to get conclusions from the young fish rather than from adults, as he hoped they would show a different size according to different functions on the two sides. But in that he did not succeed.
He had not seen Tate Regan's remarks about the fishes mentioned by Dr. Muir Evans. With regard to the sense-organs being at the end of a papilla, that was like the sense-organs of the capitellid worm, which were capable of being protruded.
It seemed to be of some interest that the line of sense-organs over the head occurred on the operculum. Sir Arthur Keith regarded the formation of the cervical sinus in man as a backward growth comparable to the growth of the operculum in fishes over the gill region. Possibly, therefore, these organs might correspond to the region with which otologists dealt. Whether there was an association between the nerves supplying the special sense-organs in these lowly animals and those which in man formed a means of bringinig about equilibrium he did not know. He thought the righting reflex was held to be concerned with the neck region. (1) That the increase in pressure associated with a sound wave, while causing an inward movement of the membrana tympani as a whole, paradoxical though it may appear, causes an initial outward movement of its central portion and of the manubrium and consequently of the stapes.
(2) That a wave is directed towards the foramen rotundum and away from the foramen ovale, and that the whole design of the middle ear secures a maximum pressure over the former and a minimum over the latter.
On no other hypothesis is so large a proportion of a sound wave utilized to create a nerve impullse. On it can be explained the advantage of the angle at which the membrana tympani is set, of the presence of the accessory cavities, of the promontory, of every feature of the inner wall of the tympanum, of the shape and orientation of the stapes and of the diverse orientation of the foramen rotundum and foramen ovale.
To demonstrate the accuracy of my deductions I constructed a model which I showed in operation at the meeting. Subsequently, for the purpose of this paper, I had two photographs taken consecutively without touching the model. As far as practicable, the model is constructed in every detail on the same lines as the membrana tympani.
It consists of a glass funnel (figs. 1 and 2), the base of which is closed by silk, lined with thin rubber sheeting to render it impervious. The interior of the glass cone represents the external auditory meatus. The silk represents the membrana ,. tympani, its outer surface corresponding to the inner or tympanic surface of the membrane. A wire lever runS between the silk and the rubber from the circumference at 'B' to the centre, to replace the manubrium and perform its function. It perforates the Silk at the centre where it is fixed by a drop of glue.
It is then continued on, the continuation formirlg an indicator, 'A,' which accuraUtely 'demonstrates the movements of the lever.
This lever iS rotated outwards by an elastic band and causes the silk to form a cone ( fig. 1 ), resembling that formed by the membrana tympani when drawn inwards by the action of the tensor-tympani on the manubrium. The shaUpe of the Sir WILLIAM LISTER: The patient came to me in August 1911 for a third opinion, and I found the kidney-shaped new growth which the President has described.
It was decided that this mass was probably a carcinoma and the eye was removed without delay. I heard after that the patient did not live for more than two years-probably for less-after the operation, and died of a tumour of the brain.
The Significance of False Projection on Squint By M. A. PUGH, L.R.C.P., M.R.C.S. Binocular vision.-When one eye deviates, diplopia tends to be produced, and in a large number of cases the history of transient diplopia on the onset of squint can be obtained. In some cases this diplopia persists and the patient does not succeed in either overcoming or evading this difficulty.
It may be evaded by suppressing the image of one eye by mental process.
Such eyes retain true projection.-Diplopia may be overcome by a mental reorientation of the displaced image, which image is now localized in space in a position corresponding to that of the fixing eye. This is known as false localization, and like the alternative suppression, is a mental process.
(1) Suppression of an image prevents the confusion arising from diplopia. One eye alone may be suppressed, as in a constant monocular squint. Alternating suppression may occur, either eye being fixed whilst its partner suppresses. Such a squint would fall into the alternating group since the vision of neither eye deteriorates.
(2) The second method of dealing with diplopia when it is not accepted, is to develop false projection, so that the images wbich would be seen apart, owing to the deviation of the visual axes, are projected in space so that they fuse.
In this second method suppression may be used but it is not total suppression; both eyes accept the images presented to them, but suppress in certain parts of the field, just as in tiue projection the suppression may occur when an image is presented to each macula at the same time.
In dealing with 400 cases, it was found that 169 cases (421%) had false projection, and 226 cases (566%) had true projection. There is, however, a margin of error in the estimation, owing to the fact that squinters are often treated by occlusion before the degree of binocular vision is measured, and therefore may not be in their initial stage of projection, also that the monocular squints which tend to have true projection are sent for treatment early and more consistently because the amblyopia causes anxiety. The third source of error is that the test is a subjective one; children who are seen at an early age give unreliable answers. Taking these points into consideration, it is perhaps fair to estimate that about 50% of squinting eyes develop false projection. To analyse the group of false projection further gives the result that 73% were alternating squinters and 37% unilateral squinters. The analysis of true projection cases showed 83% unilateral squints, and 17% alternating squints. In other words of all alternating squinters 771% have false projection and of all unilateral squinters 83% have true projection. It should be explained that the term alternating squinters has been applied to the group which includes the true alternators from onset and also cases of acquired alternation where the vision has remained the same for a year or more without any occlusion.
The difference between the true and acquired alternation does not lead to any consistent difference in binocular vision, since the alternator from onset may have true projection as tested on an amblyoscope, and will suppress the second image entirely under normal conditions, or a similar case may use a false projection.
